• Acute presentation with rapid weight loss and hypokalaemia raised suspicion of ectopic ACTH overproduction and he was referred to the regional pituitary centre for CRH-IPSS for confirmation.
• Rapid deterioration with further 10kg weight loss, recurrent falls and cognitive decline eventually leading to severe acute psychosis.
• ITU admission and IV Etomidate f/b emergency transsphenoidal hypophysectomy without further confirmatory tests.
• Post-surgery: undetectable ACTH, dramatic clinical improvement, rapid recovery of all pituitary axes besides adrenal.
• Vision: OS-complete recovery, OD-limited to hand movements.
Discussion:
When presented with bilateral CRVO the patient did not manifest any other features of Cushing's syndrome and only 3 months later he had dramatic weight loss, muscle weakness and acute psychosis. Absence of hyperglycaemia and fat redistribution despite severe hypercortisolism was also noteworthy.
It is highly likely that bilateral CRVOs were related to the >10-fold higher risk of developing venous thromboembolism in Cushing's syndrome but it has not been reported in literature before. Several mechanisms have been proposed; aPTT is shortened as a result of higher levels of procoagulant factors like fibrinogen, factor VIII, and protein S. Clot-lysis time is also prolonged due to impaired fibrinolytic activity as a result of increase in PAI-1, TAFI and 2-AP [1]. Even though coagulation abnormalities seem to improve one year following successful surgery, they do not normalize [2] and we are not aware of any large scale study which can form the basis of thromboprophylaxis recommendation.
Acute severe psychosis in Cushing's syndrome is extremely rare. Treatment is generally with intravenous Etomidate infusion to block cortisol synthesis and oral Mifepristone which competitively binds the glucocorticoid receptors [3] along with early localization and surgical resection of the tumour [4] and this formed the basis of early intervention in our patient. References:
